Mucoepidermoid carcinoma (MEC) of the larynx is one of the rarest tumors in the pediatric age group. Our review of the English-language literature found only 1 previously reported case of a laryngeal MEC in a child. We present what to the best of our knowledge is the first case of a pediatric MEC of the larynx with transglottic involvement. Our patient was a 12-year-old girl who presented with long-standing hoarseness and recent dysphagia, breathing difficulty, and pain radiating to the left ear. Investigation revealed the presence of an endophytic mass in the larynx. Histopathologic examination of biopsy tissue identified the mass as a low-grade MEC. The patient was scheduled to undergo a total laryngectomy 1 week later, but she did not report for surgery. Three weeks later, she presented to the emergency department in a semiconscious state and in respiratory distress. Despite all resuscitative measures, she died.
Introduction
Primary malignant salivary gland tumors are uncommon among the pediatric population, accounting for less than 10% of all head and neck tumors in childhood. 1 The most common tumor of the major and minor salivary glands is mucoepidermoid carcinoma (MEC), which represents 29 to 35% of all carcinomas at those sites. 2 Among adults, laryngeal MEC is rare, as fewer than 100 documented cases have been reported to date. 3 These tumors are believed to originate in the ductal elements of the laryngeal subepithelial glands and intraepithelial mucous glands. 4 While a few cases of MEC of the larynx have been reported in adults, its occurrence in childhood is rare, as only 1 case of MEC of the larynx in a child has been reported in literature. 5 Because laryngeal MEC is so rare, no uniform treatment policy has emerged.
We report a new case of MEC of the larynx in a child. To the best of our knowledge, this is the first documented case of pediatric laryngeal MEC with transglottic involvement.
Case report
A 12-year-old girl presented to ENT outpatient department with a 1-year history of gradually progressive hoarseness and a 2-week history of pain during swallowing. She also complained of difficulty breathing during the previous week and radiation of pain to the left ear.
Findings on examination of the oral cavity and oropharynx were within normal limits. However, indirect laryngoscopy detected a smooth bulge involving the left false vocal fold and aryepiglottic fold; the bulge had restricted the mobility of the left vocal fold. No neck nodes were palpable.
Contrast-enhanced computed tomography (CT) of the neck demonstrated a homogeneous soft-tissue lesion that involved the left paraglottic space and glottis and extended into the subglottis (figure 1). Magnetic resonance imaging (MRI) of the neck showed a large, well-defined, oval lesion at the left paraglottic space (figure 2). The lesion displayed isointense signals on T1-weighted imaging and hyperintense signals on T2 weighting. The lesion had protruded into the supraglottis, glottis, and subglottis, and it caused narrowing of both the glottis and subglottis.
Direct laryngeal endoscopy with general anesthesia showed the smooth mass involving the left aryepiglottic fold and false vocal folds (figure 3). The true vocal fold on the left side was not visible.
A biopsy specimen was obtained and sent for histo-pathologic examination. It was found to exhibit features consistent with a low-grade MEC. The pieces of tissue were covered on one side with squamous epithelium. The subepithelial tissue exhibited irregular sheets and anastomosing columns of well-differentiated squamous cells mixed with a smaller percentage of mucin-secreting cells (figure 4).
Taking into consideration the radiologic and endoscopic evidence of subglottic tumor involvement, we scheduled the patient to undergo a total laryngectomy 1 week later. However, she did not report for surgery. Three weeks later, she presented to the emergency department in a semiconscious state and in respiratory distress.
Despite all resuscitative measures, she died.
Discussion
Malignant salivary gland tumors of the larynx are unusual, accounting for only 0.1 to 1.0% of all laryngeal tumors. 6 The minor salivary glands are ubiquitous in the submucosa of the upper aerodigestive tract. The pervasiveness of these glands accounts for the prevalence of salivary gland carcinomas arising from the oral cavity, pharynx, larynx, nasal cavity, and sinuses. 7 MECs localize mainly to the supraglottis (60% of cases), followed by the glottis (30%) and the subglottic/ transglottic area (10%). 8 The most common sites of tumor involvement are the floor of the laryngeal ventricle, the ventricular folds, and the anterior commissure. 8 In the only previously reported case of a laryngeal MEC in a child, the tumor was confined to the epiglottis. 5 The patient, a 13-year-old boy, was asymptomatic. His tumor was first noticed during intubation for an orthodontic procedure.
In our case, the patient was symptomatic and the tumor was extensive, as it involved the supraglottis, glottis, and subglottis. As was noted in our case, the nature of MECs is to spread along a submucosal plane while leaving the overlying mucosal surface intact, which reduces the probability of an early diagnosis. 3 Also as occurred in our case, the submucosal spread confers a benign appearance to the tumor, as there is no evident ulcer or growth.
Most reported MECs have occurred in middle-aged nd elderly men. 3,6,9 Webber 10 found that the incidence of laryngeal neoplasms among patients younger than 35 years was 3%, while Lam and Yuen 9 and Harris et al 11 reported an incidence of 1.6 and 2%, respectively, among patients younger than 40 years.
A patient's presenting signs and symptoms depend on the location and extension of the tumor. The most common symptoms are hoarseness, shortness of breath, dysphagia, referred otalgia, airway compromise, and hemoptysis. 3, 6 In our case, the child reported only a long-term persistent hoarseness and a recent onset of pain and breathing difficulty. Her actual respiratory MucoepiderMoid carcinoMa of the larynx with transglottic involveMent in a child: a case report distress did not manifest until later in the course of her disease, when the size of the tumor had increased and encroached on the piriform sinus and laryngeal inlet. MECs of the larynx are associated with a high rate of histopathologic misdiagnosis. 3, 6 These tumors are usually composed of three cell types: (1) epidermoid cells with squamous differentiation, (2) mucous cells, and (3) intermediate cells, which may predominate. 2, 3, 9, 12 Tumors are graded according to the amount of mucinous component. In low-grade neoplasms, there is a higher percentage of mucous cells, while in high-grade neoplasms, squamous cells are dominant. 3 Clinical suspicion plays a crucial role in the diagnosis, so appropriate radiologic investigation should be done in a timely manner. Imaging plays an important role in determining the extension of a laryngeal lesion and the status of the lymph nodes. 3 Both CT and MRI are useful, but contrast-enhanced CT is considered the best choice. 3 In our case, both CT with contrast and MRI showed the large lesion protruding into the supraglottis, glottis, and subglottis, as well as the severe narrowing of the glottis and subglottis.
Owing to the scarcity of cases, most centers have very limited experience in treating these tumors. Treatment can be based on the tumor's location, extension, and histopathologic grade. 3 Primary surgery with the utmost focus on free surgical margins is the treatment of choice. In low-grade MEC, extension of the lesion dictates a partial or total laryngectomy. In high-grade MEC, most authors recommend surgery followed by postoperative radiotherapy because of the high incidence of local recurrence. 2, 3, 6, 7 The role of neck dissection is controversial, but ipsi-lateral dissection should be performed when palpable neck nodes are present. 3, 5 Because our patient's MEC was a low-grade tumor and its extension was transglottic, a total laryngectomy was advised.
Recurrences have been observed more than 10 years after primary treatment, so long-term follow-up is advocated. 13 Figure 3 . The tumor is seen on direct laryngeal endoscopy. Figure 4 . Histopathology shows nests of squamous cells admixed with sheets of clear mucin-secreting cells (H&E, original magnification ×40).
